Introduction
A case of extensive visceral involvement by Gaucher's cells (GCs) Infiltration by GCs was seen in the liver, bone marrow, alveolar walls of the lungs, in the pancreas, in the lamina propria of the stomach and the cortex of adrenals, always accompanied by interstitial fibrosis. No GCs were seen in the many lymph nodes examined.
Discussion
Pathological changes in Gaucher's disease are the result of abnormal accumulation, due to enzyme deficiency, of glucocerebroside (ceramide-glucose) which is a normal intermediate in the degradation of membrane compounds (Peters, Lee and Glew, 1977) . Glucocerebroside from leucocytes, considered the most important source of accumulation in Gaucher's patients, involves the reticulo-endothelial system and not the parenchymal cells. Gaucher's cells are transformed macrophages and monocytes with phagocytic activity (Djaldetti, Fishman and Bessler, 1979) . Certain organs (spleen, liver, bone marrow) are always involved and others, such as heart and kidney, very rarely (Smith et al., 1978) .
Even more unusual are clinical manifestations of organ dysfunction directly related to massive GC infiltration such as appeared in the present case. Cardiomegaly and chronic heart failure could be explained not only by hypertension but also by GCs present throughout the cardiac muscle.
This case is also remarkable in its renal manifestations. Twenty-four years after the diagnosis of Gaucher's disease and splenectomy, proteinura appeared, followed 2 years later by nephrotic syndrome which progressed rapidly to chronic renal failure.
Only 8 cases of renal involvement in Gaucher's disease have been reported in the English literature and have been reviewed by Chandler, Nurse and Pirani (1979) . All patients except one had a splenectomy performed a few years previously. Only 3 had clinical renal disease (Smith et al., 1978; Ross, 1969; de Brito et al., 1973) , while the others were incidental findings at post-mortem (Horsley, Baker and Apperly, 1935; Reich, Siete and Kessler, 1951; Chang-Lo, Yam and Rubenstone, 1967; Eulderink and Cleton, 1970) . Only the patient of Chandler et al. (1979) had massive GC involvement of heart and lungs with organ dysfunction, in addition to the usual bone marrow and liver infiltration. Whenever clinical renal disease was present, there were glomerular lesions. They consisted of lobular enlargement of the tufts by GC infiltration occluding the capillaries, mesangial cell or matrix proliferation with interposition (de Brito et al., 1973; Chandler et al., 1979 (Pennelli, Scaravilli and Zacchelo, 1969) . Similar structures were seen extracellularly within mesangial matrix but none in the epithelial cells. In addition, as in the present case, small mesangial, subendothelial or intramembranous electron-dense deposits were seen (de Brito et al., 1973; Chandler et al., 1979) . The authors suggested that the Gaucher's cells in the kidney are not circulating GC (very uncommonly found in peripheral blood), but locally transformed mesangial and perhaps endothelial cells in glomeruli and interstitial capillaries. All these cells have phagocytic properties (Peters et al., 1977) . A continuous load of cerebroside and lack of cerebrosidase enzyme would transform all cells of reticulo-endothelial origin into typical Gaucher's cells. It was found that splenectomy induces an abrupt rise in plasma glucocerebroside with increased load on the reticulo-endothelial system (Matoth et al., 1974) . However, renal involvement was not found in a higher percentage of Gaucher cases after splenectomy than it was in non-splenectomized patients, in contrast to increased hepatic and bone involvement (Matoth and Fried, 1965) . This is perhaps due to a different genotype or to a more severe type of Gaucher's disease necessitating early splenectomy (Chandler et al., 1979) .
A history of previous episodes of acute postinfection glomerulonephritis, causing mesangial abnormalities, could have facilitated accumulation of glucocerebrosides in the glomeruli.
Association of Gaucher's disease with immunoglobulin abnormalities has been well documented, but the underlying cause is unclear (Pratt, Eschen and Kochwas, 1968 ).
Gaucher's disease in some rare instances and particularly several years after splenectomy can be the cause of a glomerulopathy. Its aetiology could be local deposit of glucocerebroside and/or an immunological reaction.
